of 24 mm Hg with the patient receiving therapy'with 2 L of supplemental oxygen by nasal cannula. Radiotherapy in a dosage of 1,800 rads to the right hemithorax and an additioaal 2,SO rads to the right middle lobe was adrninisted in April and May 1976. Within two w d s of therapy, tbe patient was afebrile and no longer required therapy with supplemental oxygen. When he was seen in December of 1976, the patient was asymptmnatk, except for mild dyspnea on moderate exertion. Levels of arterial blood gases showed a Pa02 of 77 mm Hg and a PaCG of 34 mm Hg with the patient breathing room air. Pulmonary hmction showed a r e d u d carbon monoxide difhuing capacity of 14.7 ml/mfn/mm Hg (predicaed normal, 25 to 42 ml/min/mm Hg). The patient*^ chest x-ray film also showed marked dearhng (Fig 2) .
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V e a I e d r o t P l l n o m o l o P r~~~o n t o t b s rightatrium (F'igM) andanPbasntlsftpuhwweryartwy ( F & 2 B ) ; t h e r s w u . b O a d p 0 t t n f d u c t u s~T b 6 ~P l t a k l~~~t w o -M o f t b e n r t s l n i c
*ressnra,-tbe sao,wu84pefienfdtbspab3Hllluy yppCUI.I resistPooe was 2 . 5 mm Hs/L/min/aq m (Table 1) .
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Repeat curred in a fiveweek-old infant who initially had severe respiratory distress and died withmt surgical intmenti0n.S Total anomalous pulmonary venous connection is likewise a rare congenital malformation, with a reported incidence of 1.6 to 2 p e r c e n t s s 7 of all congenital cardiac defects.
The simultaneous occurrence of pulmonary agenesis and total anomalous pulmonary venous c o b o n may be traced to an a b n o d t y in the eanbryologic development of the lung and its vascular supply. By the fourth week of embryonic life, the pulmonary venous system is in transition from its,prirnitive association with the systemic venous circulation to its final connection to the left atrium.* While these events are ocamhg, the primitive lung buds are forming.s Theoretically, any insult during this dynamic stage could simultaneously arrest pulmonary development and interfere with the establishment of normal pulmonary venous return.
Signs of. increased airway resistance were initially prominent and indistinguishable from those asmciated with severe bronchiolitis. Hordof and co-workers10 attributed the signs of obstructive pulmonary disease in infants with pulmonary vascular engorgement and edema resulting from large left-to-right shunts to (1) extrhk compression of the larger ahways by enlarged pulmonary arteries and cardiac chambers, (2) elevated msistance in smaller airways due to accumulation of peribronchial fluid, and (3) rdex bronchocomtriction. A solitary lung that is larger than normal is associated with unilateral pulmonary agenesis.l~S~l2~l8 If agenesis of one lung d t e d in marked hyperidation of the contralateral lung, this could lead to an increase in vascular resistance; however, if there is simply a larger right lung (ie, more alveoli and more blood vessels), overall vascular resistance might remain normal. Thus, the normal vascular mistance recorded at rest in our patient may d e c t compensatory growth of the solitary lung.
The long-term follow-up of infants who have undergone surgical correction of total anomalous pulmonary . venous connection has indicated normal cardiovascular function.14 Since the cardiovascular malformation has been corrected in our patient and the pulmonary vascular pressures are normal, we expect that the clinical course will be the same as in other patients with isolated agenesis of the lung.
Maltz and Nad& reported a mortality of 41 percent (18 patients) among 44 patients with unilateral pulmonary agenesis who were followed for a maximum of 40 years. Fifteen of these 18 deaths occwred during the first year of life and were attributed to severe respiratory disease and associated extrapulmonary anomalies. The absence of additional congenital malformations in our patient who has survived the critical &st year of life suggests a favorable long-term prognosis.
